Background: People with retinitis pigmentosa (RP) experience functional and psychological challenges as they adjust to progressive loss of visual function. The authors aimed to understand better the process of adjusting to RP in light of the emotional suffering associated with this process. Methods: Adults with RP were recruited from the Foundation Fighting Blindness and the Wilmer Eye Institute in Baltimore. Focus groups and semistructured interviews addressed the process of adjusting to RP and were audiotaped and transcribed. The transcripts were analysed qualitatively in order to generate a model of adjustment. Results: A total of 43 individuals participated. It was found that, on diagnosis, people with RP seek to understand its meaning in their lives. Mastering the progressive functional implications associated with RP is contingent upon shifting personal identity from a sighted to a visually impaired person. In this sample, six participants self identified as sighted, 10 self identified as in transition, and 27 self identified as visually impaired. This adjustment process can be understood in terms of a five stage model of behaviour change. Conclusions: The proposed model presents one way to understand the process of adjusting to RP and could assist ophthalmologists in meeting their moral obligation to lessen patients' suffering, which arises in the course of their adjustment to progressive loss of visual function.
R etinitis pigmentosa (RP) is a relatively common type of progressive diffuse retinal degeneration. There is no prevention, cure, or means to restore retinal function. 1 2 Adjusting to RP inevitably entails a certain degree of suffering. Suffering can be defined as a state of distress that occurs when a person's integrity or life plan is threatened, disrupted, or burdened; it lasts until integrity is restored, either by eliminating the threat or adjusting to it. It is not the physical impairments themselves, but the impact of the physical state on the person as a whole that causes suffering. This has been referred to as ''existential suffering.'' [3] [4] [5] [6] It is arguably the case that physicians are morally obligated to lessen suffering in their patients. 7 In the case of RP, where there is little that physicians can do to alter the course of retinal degeneration, one means by which to lessen suffering is to participate in patients' process of adjusting to it.
When people with RP confront challenges related to education, employment, mobility, and socialisation, 8 psychosocial development, 9 use of assistive technology, 10 11 and mental health, 12 suffering may manifest as denial, anger, fear, or depression. [13] [14] [15] [16] [17] [18] [19] Despite what is known about these challenges, the process of adjusting to vision loss is only touched upon in the clinical ophthalmology literature. 20 21 It has been reported that the presence of role models, 22 23 social supports, 24 25 and a positive doctor-patient relationship may influence adjustment. 26 By developing an appreciation of their patients' adjustment process, ophthalmologists would be doing more than fostering a positive doctor-patient relationship. They would, it has been argued, 5 be meeting a moral obligation to understand the lived experiences of their patients as a means by which to lessen patient suffering.
In light of the limitations in the quantitative literature to date, we set out to explore the process of adjusting to the loss of visual function associated with RP through a qualitative approach. In this paper we report our findings and develop a model for ophthalmologists to consider in their effort to understand and lessen their patients' suffering. Seven practical steps are suggested as means by which to incorporate this model into clinical practice.
METHODS
While quantitative tools are available to ''measure'' the extent to which someone has adjusted to a given circumstance, a qualitative approach better captures the essence of the adjustment process and factors that influence its course that may not be revealed by available quantitative tools. [27] [28] [29] [30] For this reason, we chose to use qualitative methodology.
Adults with RP were recruited from the Baltimore chapter of the Foundation Fighting Blindness (FFB) and The Wilmer Eye Institute at Johns Hopkins Hospital. FFB registrants were stratified into three predetermined age categories before recruitment since these data were available at this time, whereas Wilmer patients were stratified according to age following a preliminary screening questionnaire to determine eligibility (table 1) . This theoretical sampling technique 28 enabled us to collect data that reflected the adjustment process at various life stages. By telephone or mail, all eligible individuals were invited to participate. Consent was obtained by a paper or by voice recorded consent. This study was approved by the joint committee of clinical investigation at Johns Hopkins Medical Institute.
Data were collected through semistructured interviews and focus groups. Three focus groups were conducted by trained moderators, lasted 2 hours, and were transcribed by court stenographers. Telephone interviews were conducted by trained interviewers, were approximately 45 minutes in duration, and were audiotaped and transcribed.
Transcripts were analysed qualitatively (see appendix). The end product of our analysis is a process oriented model that depicts the relationships among the codes and the core category. Demographic data were analysed descriptively.
Sample
In all, 43/88 individuals agreed to participate (response rate 49%). Table 2 presents demographic data on participants. Among non-participants for whom demographic data were available (32/45; FFB registrants only), the mean age at the time of recruitment was 51 years and mean age of diagnosis was 26 years; 67% were male and 25% had a known family history of RP.
RESULTS
The qualitative data presented below illustrate particularly salient themes reflected by the majority of participants. Each theme is placed in the context of the adjustment model, illustrated diagrammatically in figure 1. Participants' sex, age at participation, and age at diagnosis are indicated following their remarks.
Diagnostic experience and reactions
Participants described a range of reactions at the time of their diagnosis that were influenced by the way in which physicians communicated the diagnosis to them. When physicians used what the majority of participants described as ''blunt'' language, participants described feeling devastated:
N ''He said, 'by the time you're 50 you're not going to be able to drive. You're not going to be able to read by the time When physicians used what some participants described as ''vague'' language, participants described feeling anxious:
N ''He told me I had RP but didn't tell me I would likely go N ''He said, 'it's a progressive disease. It's a long slow process…you're not going to have any immediate problems, it could happen in five years or in 50 years'…so I chose to hope it would happen in 50 and move on…'' (M56/15)
Meaning
In order to make sense of their diagnosis, all participants searched to understand why it happened. Many participants considered both genetic and non-genetic causes of RP:
N ''either I got it from a hard blow to the head or I inherited it…since nobody going back has it they narrowed it down to when I fell down the stairs.'' (F35/22) And some participants used spirituality to reflect on this question:
N ''You wonder, God, why is it me? Well, maybe I'm an inspiration to someone, maybe I'm affecting other people's lives positively…maybe that's the reason.'' (M42/27) Personal identity For most participants, resolving personal identity as a sighted versus a visually impaired person posed an early and pivotal challenge. We deemed personal identity to be the core variable of our analysis since participants' described their adjustment as contingent upon it:
N ''Now I'm just sort of lost in between…one of the hardest things for me has been not feeling like a sighted person and not feeling like a blind person. I've gotten to know some blind people and seen how amazingly well they've adapted and then I see my sighted friends, and then I see myself, and I am neither. I feel like I am going to be inferior until I am either or.'' (M21/6) N ''What was particularly vexing for me, since it is so slow, you really have a hard time putting your finger on when it is you need to change the way you do this or that, how you present yourself to other people…'' (M62/37) Course of action Two courses of action emerged as participants were in the process of resolving their personal identity. At various ages, six participants identified as sighted and resisted using assistive devices and making lifestyle changes (table 2). They described making an effort to conceal any evidence of visual impairment. Irrespective of their age, 27 participants identified as visually impaired and described assistive devices and certain lifestyle changes as adaptive (table 2) because they:
(1) explain RP to others: ''…the stick lets everybody know that when I walk into a pole or bump into them, there is a reason for it.'' (M57/21) (2) promote independence: ''To me the cane is gonna let me walk without tripping, and get places that I wouldn't be able to go.'' (M24/18) (3) promote competence: ''I worked nights and weekends to learn these computer programs because my goal was to be more proficient than anybody…and then my boss put me in charge of computerising the entire department.'' (M42/27) (4) promote safety: ''[my guide dog] takes me downtown to work…I feel more at ease because I know she won't let anything like a car come at me…'' (M62/40)
Behaviour change
Course A appears to act as a default path until individuals make certain behavioural and/or lifestyle changes and approach course B. Our data illustrate various stages between course A and course B. Ten participants, between the ages of 21 and 59 identified themselves as in transition between sighted and visually impaired (table 2). They could acknowledge some of the benefits of assistive devices but were not ready to use them: N ''At any age…you're constantly in flux. You get to levels of acceptance and levels of accomplishment and then it gets a little worse so you drop down a step and then you need another apparatus…every step is a process to where you're going…you have to be mentally strong and self confident because you get knocked down and have tough days…but you have to keep moving forward.'' (M42/27) Ultimately, once participants viewed behavioural and lifestyle changes as personal benefit rather than as social risk, adaptive changes became integrated into their lives: N ''Once you're 'out,' the cane is the only way you know.'' (M49/16) Self esteem All participants described self esteem as critical to moving through this continuum. This was particularly salient among younger participants and participants in transition:
N ''Sure I've had my inferiority problems…I've been ashamed that I couldn't be the one to drive and macho stuff like that…that was a low point for me.'' (M24/18) N ''I try to feel good about myself in other ways. I keep myself in shape, do my hair and make-up, so if people look at me and see me with dark glasses and a cane, I can still look and feel attractive…'' (F29/16)
DISCUSSION
Ages of participants and non-participants at the time of participation and diagnosis were similar (48 years and 51 years, respectively, 25 years and 26 years respectively). While there were more male than female non-participants, there were also more male participants. The X linked pattern of inheritance that can be associated with RP may account for a greater proportion of males in this population in general. Participation did not appear to be a function of age or sex therefore these variables are unlikely to have affected the nature of the model developed. Family history was slightly more common among non-participants. Perhaps those with a family history perceived adjustment as a family norm rather than as a process that required significant exploration. We could speculate, therefore, that the model presented better applies to individuals who do not have a known family history of RP.
Adjustment model
Our data suggest that the process of adjusting to RP is a dynamic one composed of a series of inter-related steps. As stated in the appendix, we found our data to be consistent with certain existing concepts in the adjustment literature. 31 The search for meaning involves understanding why a disability has occurred. Mastery centres around gaining control over the implications in order to manage them. Self esteem reflects the effort to regain a positive view of oneself in a new life situation.
Applying in-depth qualitative analysis techniques to participants' personal stories, we were able to construct a model that reflects true lived experiences rather than objective measurements that emerge from highly structured quantitative approaches. We found that adjustment proceeds as follows (fig 1) . The diagnostic experience combined with individuals' reactions to it can lead to emotional suffering. In response, individuals search to understand the meaning and cause of their RP; they attribute causation to inheritance, childhood accidents, and spiritual intervention.
Functional limitations ensue and challenge a person's integrity. Mastering these limitations is motivated, in part, by that person's interest in reducing his/her own suffering and appears to be contingent upon resolving personal identity as a sighted or visually impaired person. This may involve changing deeply engrained behaviours, a process that has been described as a series of five stages. 32 The stage of precontemplation characterised those who did not need to change behaviour, had not acknowledged their need to change, or were not ready to change. During contemplation, participants reflected the profound ambivalence between sighted and visually impaired identities. In this phase, the disadvantages of changing outweighed the advantages. As the balance began to tip, participants reflected plans to give up driving or to take mobility training as examples of the preparation stage and continued to move through the action phase as they began to use assistive devices in public or find novel solutions to their limitations. The action stage was characterised by participants ''outing'' themselves. Once they were ''out,'' the benefits of independence and competence outweighed previously perceived social risks. This shift enabled these adjustments to be maintained.
Ultimately, adjustment was achieved when individuals self identified as visually impaired, revealed their RP, used assistive devices, and made lifestyle changes in order to regain self esteem and independence. Since the behavioural, lifestyle, and psychological changes that constitute adjustment appear to be contingent upon participants' identity as sighted or visually impaired, personal identity was deemed the core category of this model.
It is noteworthy that responses among participants in various age categories were relatively consistent. Our sample reflected preliminary (sighted identity described by six participants), transitional (ambiguous identity described by 10 participants), and final (visually impaired described by 27 participants) stages of this process. Since each age group was represented in each of these identity categories, we suggest that, although the task at hand may vary with age or stage of life, the core assumptions of the model can be used to navigate adjustment at any age.
Using quantitative methodology, Dodds et al 21 developed an adjustment model that specified internal self worth and self as agent as key variables and suggested that these variables be integrated into a cognitively oriented therapeutic approach with patients. Zaborowski 33 endorsed this approach by suggesting that adjusting to blindness requires an individual to make a cognitive shift which acknowledges that being blind can be compatible with remaining functionally independent. This suggests that a healthcare provider could use our model as a tool by which to help their patients approach this necessary cognitive shift in personal identity.
Limitations
This model reflects only one interpretation of these data. Specific limitations are highlighed in table 3.
Contribution to the literature Our data support an integration of adjustment and behaviour change theories by illustrating how adjustment implicates behaviour change through the construct of personal identity. Our data add to the suffering literature by providing a concrete clinical example of the distinction between ''symptom related'' suffering and ''existential'' suffering. 6 Finally, we believe that this model may be of particular importance since it is patient driven and, hopefully, of clinical value to physicians. As physicians endeavour to lessen suffering, addressing personal identity with patients is paramount. Physicians can better fulfil their moral obligation to lessen suffering by contributing to identity resolution and adjustment. Practical steps by which to do so are outlined in table 4. Rather than reacting to suffering after it presents, this model may help ophthalmologists be proactive in predicting it, minimising it, and/or seeking appropriate consultation for patients. By eliciting and attending to patients' subjective experiences associated with a shift in personal identity, ophthalmologists can fine tune their care in order to lessen patients' suffering that arises in the course of their adjustment to progressive loss of vision.
APPENDIX QUALITATIVE ANALYSIS
Criteria used to identify salient themes within the transcripts included: (1) text that described key elements of the participants' adjustment processes and (a) recurred in multiple transcripts, (b) recurred in both telephone interview and focus group transcripts, or (c) recurred among participants in different demographic categories (for example, age, sex groups). Salient themes were then assigned codes. Some codes reflected direct responses to interview questions and other codes emerged from the experiences shared by participants over the course of the interview or discussion. The theme upon which adjustment was deemed to be contingent by the majority of participants was considered to be the core category. 27 28 A qualitative analysis software package called Nvivo was used to organise the coded data. 35 Nvivo enables the analyst to code text as it is reviewed, quantify the frequency of relevant themes across transcripts, and discern relations among salient themes by way of coding trees and conceptual maps.
While telephone interview and focus group data reflected different experiences and emphases on some topics, themes pertinent to the adjustment process and captured by the proposed model were similar. For this reason, these data were combined for the purpose of this paper.
We integrated the concepts generated from our data with related concepts reported in the literature. Specifically, meaning, mastery, self esteem, 31 and the five stages of behaviour change 32 are constructs derived from the literature (1) Biased sample (a) the youngest age group is poorly represented and may be particularly vulnerable to emotional suffering; (b) the majority of this sample self identified as visually impaired and represents a white, well educated, middle upper class population and may not represent the experiences of those in other visual function or demographic groups. (2) An inherent limitation of focus groups is the tendency for more vocal participants to dominate the discussion, making their views seem like the most important ones. (3) While participants were asked to comment on their prediagnostic experiences, undoubtedly an influence on their adjustment process, this model begins with the diagnostic experience itself as the formal starting point of the adjustment process described. (4) Given the uniquely predictable course of progression of RP, 34 the generalisability of these findings to other populations of patients with progressive vision loss is limited. Table 4 Seven practical steps for ophthalmologists to integrate into practice (1) Understand the meaning patients ascribe to their diagnosis (2) Recognise and acknowledge the manifestations of an unresolved identity (concealing RP, avoiding adaptive change) (3) Normalise any personal identity conflict patients express by (anonymously) sharing similar conflicts experienced by other patients, for example (4) Help patients weigh the advantages and disadvantages of behaviour and lifestyle changes (5) Tailor their dialogue and recommendations to patients' functional and psychological readiness for change (6) Acknowledge patients' progress (7) Provide guidance and supportive resources in anticipation of this suffering in order to facilitate smooth and adaptive transitions.
